Myoepitheliomas are rare and generally benign neoplasms that account for fewer than 1% of all salivary gland tumors. A myoepithelioma neoplasm is almost entirely composed of myoepithelial cells and is most frequently located in the parotid gland and in the minor salivary glands of the hard palate. We report an extremely rare case of myoepithelioma of the vallecular region in a 65-year-old woman and describe this tumor's clinical peculiarity, diagnostic and therapeutic considerations, and prognosis.
Introduction
Myoepithelioma is a rare neoplasm, representing fewer than 1% of salivary gland tumors. 1, 2 It can be defi ned as a neoplasm that is entirely, or almost entirely, composed of myoepithelial cells. 3 Th e great majority of reported cases have been benign, with only a small number of tumors showing pathologic features suggestive of malignancy. 2 Myoepitheliomas of the vallecula are extremely rare; to our knowledge, only 1 case has been reported in the literature to date. 4 In this paper, we present a second case of myoepithelioma of the vallecula and describe this tumor's clinical peculiarity, diagnostic and therapeutic considerations, and prognosis.
Case report
A 65-year-old woman with no specifi c medical history presented to our department with a 3-month history of dysphagia for solid food. Recent aspiration without hoarseness was noted.
On physical examination, indirect laryngoscopy revealed a well-circumscribed, submucosal mass in the left vallecular region. No cervical lymph nodes were palpated. Computed tomography (CT) of the neck, with and without an intravenous contrast medium, showed a well-defi ned, 30 × 20 × 25-mm, enhancing solid mass arising in the left vallecula (fi gure 1). On the basis of these fi ndings, a clinical diagnosis of a minor salivary gland tumor was suggested.
Th e patient underwent surgical exploration. A suprahyoid pharyngotomy was performed, and the mass was completely removed (fi gure 2). A tracheotomy was also performed. Frozen-section analysis of the mass failed to identify the exact histologic nature of the tumor. Th erefore, we decided to end surgical exploration and wait for the defi nitive histopathologic report.
Th e fi nal histopathologic examination showed a welldemarcated tumor mainly consisting of epithelioid cells arranged in nodules and surrounded by mucoid stroma (fi gure 3, A). Sparse spindle-shaped and clear cells were observed among the epithelioid cells. Surgical margins were free of disease. Neither atypical mitotic fi gures nor ductal diff erentiation was identifi ed. Immunohistochemical study revealed that the cells were immunoreactive for cytokeratin (fi gure 3, B), S-100 protein (fi gure 3, C), glial fi brillary acidic protein (GFAP) (fi gure 3, D), p63 (fi gure 3, E), and epithelial membrane antigen (EMA). However, they did not react with antibodies to smooth-muscle actin. A defi nitive diagnosis of benign myoepithelioma of the vallecula, epithelioid type, was made.
Th e postoperative period was uneventful, and the tracheotomy tube was removed 10 days aft er surgery. Th e patient remained disease-free 18 months aft er initial presentation. gland, skin, breast, and lung. 5, 7 Myoepitheliomas represent 6.6% and 3.3%, respectively, of all benign and malignant minor salivary gland tumors. 8 Myoepithelioma of minor salivary gland origin is extremely rare to fi nd at the site we report in this case. To our knowledge, there is only one previous report in the literature of myoepithelioma arising from the vallecular region. 4 Most myoepitheliomas occur in adults, with a peak occurrence between the fourth and fi ft h decades of life, but rare examples have been recorded in children. 3 Both sexes are aff ected with equal frequency. 3, 9 Th e tumor generally shows a benign clinical course without distinctive clinical features. It presents as a slowly growing, painless mass without involvement of adjacent structures. 3, 6 Typically, myoepitheliomas of the parotid gland are not associated with facial nerve paresis, and those of the oral cavity rarely ulcerate. 6 Although myoepithelioma was initially considered to be a variant of pleomorphic adenoma, it is now listed as an independent entity according to the latest World Health Organization salivary gland tumor classifi cation. 10 In fact, myoepitheliomas shows myoepithelial but not ductal diff erentiation and have no chondroid or myxochondroid foci. 10 In cytogenetic studies, the close relationship between pleomorphic adenoma and benign myoepithelioma of the salivary glands has been investigated, and a chromosome 12q cytogenetic abnormality in these two types of neoplasm has been reported. 11 Myoepitheliomas are classifi ed into four types according to histologic patterns: spindle, plasmacytoid, epithelioid, and clear cell. 7, 9 A single tumor may consist of myoepithelial cells showing more than one morphologic pattern, 7 but myoepitheliomas of the parotid gland tend to be composed of spindle cells, and those of the palate, of plasmacytoid cells. 3, 6 Because the wide variety of morphologic appearances of myoepitheliomas can sometimes cause diagnostic confusion with other benign and malignant primary salivary tumors, immunohistochemistry is useful for making an accurate diagnosis. 2, 3 In the present case, frozen-section analysis of the mass failed to identify the exact histologic nature of the tumor, and the diagnosis of myoepithelioma was made only aft er immunohistochemical examination. Immunostaining for keratins and/or EMA in conjunction
Discussion
Myoepithelial cells are present in a number of secretory organs including the salivary glands, lacrimal glands, breast, and prostate. 5 Th ey are believed to have contractile properties that assist in the expulsion of glandular secretions. 4 Transformation of myoepithelial cells usually occurs in salivary glands, where they show a distinct predilection for the parotid gland (40%) and the minor salivary glands of the palate (21%). 6 However, rare cases of myoepithelial tumors have been found in extrasalivary locations, such as soft tissue, lacrimal with staining for S-100 and/or myogenic markers is suffi cient to support a diagnosis of myoepithelioma. 9 Our case exhibited immunoreactivity for cytokeratin, S-100 protein, p 63 and GFAP, confi rming the myoepithelial nature of the tumor. Myoepithelial carcinoma, the malignant counterpart of benign myoepi-thelioma, is even more rare, representing only 7% of all myoepithelial tumors. 5 It may arise de novo or develop within a preexisting pleomorphic adenoma or benign myoepithelioma. 2, 5 Diagnosis of malignancy is based on cytologic atypia, the presence of invasion, focal necrosis, and increased mitotic activity. 1, 6 Th e present case was histopathologically diagnosed as benign because of the absence of these fi ndings. Th e clinical and biologic behavior of myoepithelial carcinoma is unknown, and we have little information about prognosis; but histologic aggressiveness, marked cellular pleomorphism, p53 expression, and high cell proliferative activity seem to be correlated with a poor clinical outcome. 2 Th e behavior of benign myoepithelioma is similar to that of pleomorphic adenoma, and wide surgical excision is the treatment of choice. 3, 6 In our case, a suprahyoid approach was used, which allowed complete surgical removal of the tumor with clear margins. In the case of myoepithelioma of the vallecula reported by Martinez-Madrigal et al, an extended supraglottic laryngectomy was performed. 4 Aft er surgery, regular follow-up is essential to detect early recurrence. 5, 6 Th e recurrence rate is 15 to 18%. 6, 7 In our case, no signs of recurrence were seen in the 18 months following surgery. Malignant transformation can occur, especially in long-standing tumors or tumors with multiple recurrences. 5 Treatment of myoepithelial carcinoma is also surgical; the role of radio-and chemotherapy is not yet established. 5, 6 In conclusion, in the vallecular region, minor salivary gland tumors are rare. A review of the literature found only 1 previous case of myoepithelioma, of the plasmacytoid type, arising from the vallecula. 4 To the best of our knowledge, our case represents the fi rst reported myoepithelioma of the epithelioid type at this location. 
